INTRODUCTION {#sec1-1}
============

Kaposi\'s Sarcoma (KS), being first described in 1872,\[[@ref1]\] is an unusual vascular neoplasm that most likely arises from endothelial cells, with some evidence of lymphatic origin. Among the various clinical forms of KS recognized, acquired immunodeficiency syndrome (AIDS)-associated KS is the most aggressive form; with the vast majority of the patients discovered to date have been HIV-1 infected homosexual men,\[[@ref2]\] although a few heterosexual males and females have been afflicted as well.

Lesions of KS typically manifests as bluish-purple macules and plaques on the skin, particularly of the face and lower extremities. Oral mucosa, lymph nodes and visceral organs may be affected, sometimes without cutaneous involvement. Although any mucosal site may be involved; the hard palate, gingiva and tongue are affected most frequently.\[[@ref3]\] Of significance is that, oral lesion may be the initial site of involvement (nearly 20-25% cases) or the only site or the first indication of HIV infection.

This paper reviews one such case of KS in a 20-year-old HIV-seropositive female patient with oral involvement as the sole presentation of the disease.

CASE REPORT {#sec1-2}
===========

A 20-year-old married HIV-seropositive woman was referred to our service for the evaluation of a painless swelling on the hard palate that had appeared 2 months earlier, with the rapid evolution. The patient informed the deferment of antiretroviral therapy for 4 months. Extra-oral examination revealed no significant findings with respect to area in question. Palpable cervical lymphadenopathy was present; with the lymph nodes being firm and non-tender on palpation \[[Figure 1a](#F1){ref-type="fig"}\].

![(a) Extra-oral view depicting cervical lymphadenopathy (arrow head) (b) Bluish-red nodular enlargement of the left hard palate](JNSBM-6-459-g001){#F1}

On Intra-oral examination, diffuse bluish-red nodular enlargement on the left side of the hard palate was verified, extending anteriorly from the left maxillary canine to the tuberosity region posteriorly. The nodular enlargement was observed crossing the midline, involving almost the entire hard palate and protruding at the level of the occlusal plane, thus interfering with the mastication. On palpation, the swelling was firm in consistency; non-tender and exhibited surface ulceration \[[Figure 1b](#F1){ref-type="fig"}\]. None of the regional teeth exhibited mobility. Panoramic radiograph revealed no significant changes in the adjacent bone. No other similar lesions in any other region of the body were detected. In view of the history and clinical findings, a diagnostic possibility of KS was hypothesized with differential diagnosis of bacillary angiomatosis and lymphoma.

Subsequently, an incisional biopsy was performed and the specimen was submitted for the histopathological examination. Light microscopic examination of the sections stained with hematoxylin and eosin revealed fibrous connective tissue stroma with numerous irregular slit like spaces containing extravasated red blood cells and surrounded by ill-defined fascicles of spindle shaped cells \[[Figure 2](#F2){ref-type="fig"}\]. Chronic inflammatory cell infiltrate was evident beneath the surface epithelium. The histopathological features confirmed the clinical diagnosis of KS.

![Photomicrograph of the histopathologic section reveals fibrous connective tissue stroma with numerous irregular slit like spaces containing extravasated red blood cells and surrounded by ill-defined fascicles of spindle shaped cells (H-E)](JNSBM-6-459-g002){#F2}

Further to rule out distant metastasis, chest radiography \[[Figure 3](#F3){ref-type="fig"}\] and ultrasonography of the abdomen were performed that revealed no pathology. The patient was classified as a good risk according to the staging classification system for AIDS-related KS proposed by the AIDS Clinical Trial Group.\[[@ref4]\] The patient was referred to the medical oncologist for the completion of the treatment. The oncologist suggested the re-establishment of highly active antiretroviral treatment (HAART) in order to control the progression of KS and to allow Immune restoration, since the suppression of viral replication and restoration of immunity by HAART has been effective in tumor control in most patients considered to have a good prognosis. After that unfortunately, we lost communication with the patient for follow-up.

![Chest radiograph](JNSBM-6-459-g003){#F3}

DISCUSSION {#sec1-3}
==========

Before the advent of AIDS epidemic, KS was considered as a rare tumor. However, since the early 1980\'s, it has become quite common because of its propensity to develop in HIV infected individuals. In fact, the mere presence of KS lesions in HIV-seropositive subjects constitutes a diagnostic sign for AIDS. Early oral KS is represented by flat reddish purple discoloration and as the disease progresses; the later stage is characterized by nodular appearance with or without secondary ulceration;\[[@ref3]\] as observed in the present case.

The etiology of the disease is unknown, but the condition is considered by most workers to be neoplastic in nature; while other theories have proposed KS representing reticuloendothelial hyperplasia. Current evidence suggests that KS is caused by human herpes virus 8 (HHV-8). The course of the disease is strongly influenced by the immune status of the patient.

To the best of our knowledge, of the 13 cases of AIDS-related KS described in the literature from India; 12 cases were reported in males.\[[@ref5]\] In terms of clinical presentation of the disease; 8/13 reported cases manifested cutaneous and mucous membrane involvement while 5 cases presented with only cutaneous lesions. The present case is unique as the patient had oral KS, without the evidence of any cutaneous involvement.

Clinically KS strongly resembles certain vascular lesions that include ecchymosis or a deeply located low grade mucoepidermoid carcinoma (at initial stages); or these appear more like hemangiomas, lymphangiomas and arteriovenous hemangiomas (at papular or nodular stage). Even though uncommon, bacillary angiomatosis may appear as multifocal KS lesions. When present on the alveolar ridge, they may resemble pyogenic granuloma or peripheral giant cell proliferation.\[[@ref6]\] A biopsy is, therefore, necessary to ascertain an accurate diagnosis.

Microscopically, from the differential diagnostic point of view, pathologies such as well-differentiated angiosarcoma (early KS lesion), fibrosarcoma (advanced KS lesion), arteriovenous malformations, Kaposiform hemangioendothelioma, spindle cell hemangioendothelioma and bacillary angiomatosis, should be included.\[[@ref6][@ref7]\] Careful histologic sampling reveals other characteristic components of these pathological entities; thus allows for appropriate diagnosis. Further, an accurate clinical history becomes of paramount importance for establishing the diagnosis of KS and thus distinguishing it from other lesions.

The prognosis is variable depending upon the form of the disease and the patient\'s immune status. KS is a progressive malignancy that may disseminate widely into lymph nodes and various organ systems. Extensive systemic therapy often further depresses the immune system, therefore, increasing the patient\'s susceptibility to infections and other neoplasms. Achievement of permanent cure has been elusive, although most patients of AIDS-associated KS die of other complications such as opportunistic infections. The introduction of HAART has greatly influenced the pattern of KS incidence in people with HIV. However it is not known if the improvement in the clinical course of HIV-KS response is due to an improvement in the host-immune status or a direct antiviral effect against HHV-8.

It is evident that in the majority of subjects who are HIV-seropositive with KS, effective HAART decreases the incidence and the prevalence of KS and causes regression of established lesions. But deferment of the antiretroviral therapy by the patient, in the present case culminated with the appearance and rapid evolution of the nodular lesion in the oral cavity.

CONCLUSION {#sec1-4}
==========

The present case of KS in HIV-seropositive female, manifesting as palatal nodular enlargement without any cutaneous and visceral involvement, is first of its kind reported in the Indian Literature. Since the patients with oral KS may have a higher mortality rate than those with only cutaneous manifestations; prompt diagnosis is of paramount importance contributing to a good prognosis and better survival.
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